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INTENDED LEARNING OBJECTIVES (ILO) ©) | 


By the end of this lecture the student will be able to: 

* Explain the pathogenesis ,pathologic features and 
complications of chronic cholestatic liver disease ( primary 
biliary cholangitis , primary sclerosing cholangitis and 
secondary biliary cirrhosis) 

* Correlate pathologic features of common chronic cholestatic 
liver diseases with their clinical picture ,investigations and 


complications 


Lecture Plan D) | 


1. Part 1 (5 min) Features of cholestatic liver disease 

2. Part2 (15 min )Primary biliary cholangitis 

3. Part 3 (15 min) Primary sclerosing cholangitis 

4. Part 4 (10 min) Causes of secondary biliary cirrhosis & 
comparison 


5. Lecture Quiz (5 min) 


REMINDER b 
* 1-Viral hepatits 
yY 2-Auto Immune Hepatitis 
" 3-Alcoholic & non Alcholic FLD 
/Hepatitis 
"Y 4-Drug Induced Hepatitis 
Discussed in another 


5-Cholestatic liver disease discipline 
6-Wilson’s Disease 
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5.Cholestatic Liver Diseases J 


"Pruritus 
"Dark urine - Light stools 


"LAB: marked increase in 
> ALKALINE PHOSPHATASE & 
> GGT (Gamma-Glutamyl 


Transpeptidase) 


GIT & Metabolism 


a-Primary Billary olangitis irrnosis 2» | 


Pathogenesis : 
* Autoimmune disease 
causing 


* Non-suppurative 
destruction of small and 


medium-sized 


INTRAHEPATIC BILE DUCTS. = 
* Increased titre of bile duct 
antimitochondrial antihody epithelium 
(AMA) 
* Common in middle-agea 


Primary Biliary Cholangitis /Cirrhosis © 
Lg 


C/P 

* Jaundice 

* Pruritus 

* Palpebral Xanthomas due to 
hypercholesterolemia 

" Associated with autoimmune 

diseases as Sjogren's Syndrome & 

Rheumatoid arthritis 


N 


Examples of autoimmune diseases that 


RireuMatoid 


d 


Dry mouth, 
increased 
tooth decay 


Deep green in colour 
micronodular cirrhosis 
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Primary Biliary Cholangitis 


M 


1. Florid duct lesion 
* Interlobular bile duct 
destruction 
by lymphocytes & 
plasma cells 
+/- granuloma 
* Periportal 
cholestasis ,interface 
hepatitis. 
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> XA 
Granuloma + bile duct 


2. Ductopenia GIT & Metabolism 
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Portal inflammation & cholestasis in Ductopenia 
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Primary Biliary Cholangitis / Cirrhosis _©) 


Fate ( complications ) 

* Severe portal hypertension> variceal bleeding 
+hepatic encephalopathy 

* Cirrhosis 


Primary biliary cholangitis (Quiz) 


Primary biliary cholangitis is due to which of 

the following ? 

a) Accumulation of fat inside hepatocytes 

b) Autoimmune disease against hepatocytes 

c) Excessive Alcohol intake 

d) Autoimmune destruction intrahepatic bile 
ducts 


Primary biliary cholangitis (Quiz) 


Primary biliary cholangitis is due to which of 

the following ? 

a) Accumulation of fat inside hepatocytes 

b) Autoimmune disease against hepatocytes 

c) Excessive Alcohol intake 

d) Autoimmune destruction intrahepatic bile 
ducts 


sclerosing 


Ch intrahepatic bite ducts 


Strictur |) 


je 
Beadin 
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ducts 


Extrahep 
atic bile 
ducts 
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Intrahepatic bile ducts | 


diffusely affected 


Extrahepa 
tic bile 
ducts 

(normal 


5b-Primary Sclerosing Cholangitis (PSC 
Def: 

Progressive PATCHY fibrosis & 
destruction of 

extrahepatic & intrahepatic bile ducts of 
all sizes 


Gallbladder 


Common 


Normal Bile Ducts 


5b-Primary Sclerosing Cholangitis (PSC) ©) | 


Pathogenesis: * Males (2:1) 

* Immunologically * Associated With 
mediated Ulcerative colitis 

* Chronic progressive * +ve ANCA 
disease (Anti-neutrophil 

* fibrosis & destruction cytoplasmic) AB 


5b-Primary Sclerosing Cholangitis (PSC) © 


ERCP: 
* Patchy lesion of extrahepatic & 
intrahepatic ducts 
* Beading due to 
> Narrow strictures 
7 Alternating with normal or dilated 
ducts 


psp. quor 


:endoscopic retrograde cholangiopancreatograpghy 


5b-Primary Sclerosing Cholangitis(PSC) © | 


circumferential 


* Chronic inflammation 


* Narrowing of lumen 

Small ducts 

* Circumferential fibrosis = 
onion skin fibrosis >lumen 

disappears 


Causes of secondary biliary obstruction leading 


cholangitis 


5c.Secondary Bil Cirrhosis © | 


to 


& 


Bile Duct Carcinoma 


> Enlarged Lymph 
postoperative 
Congenital Biliary 


Pancreatic Carcinoma 
Gall Stone 


Carcinoma of ampulla 
of vater 


Primary Cholangitis (Quiz) 


Compare between primary biliary cholangitis & 
primary sclerosing cholangitis 
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Primary Cholangitis (Qu 


PBC PSC 


Gender 
Type of lesion 
its site 


Ducts 


Assoc with 


Abs 
Diagnosed by 


Mic 


Fate 
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Primary 
cholangitis 


Primary sclerosing 
cholangitis 


Gender 


>in female 


>in male 


Type of lesion 
its site 


Florid duct inflammation 
+/-granuloma 


* inflammation in 
large extrahepatic 

* FIBROSIS in small 
ducts 


Ducts 


small & medium-sized 
intrahepatic bile ducts. 


all ducts(intra& 
extra ,small & large) 


Associated with 


Sjogren's scleroderma - 


Ulcerative colitis 


rheumatoid 
Antibodies AMA ANCA 
Diagnosed by | biopsy ERCP beading 
Mic -Florid duct lesion onion skin fibrosis 
-Ductopenia >dense 
Fate cirrhosis Cirrhosis/ 


cholangiocarcinoma 


* Cholestatic liver disease may be primary or secondary 


* Primary biliary cholangitis is autoimmune destruction intrahepatic bile du 


* Primary sclerosing cholangitis is chronic progressive disease fibrosis & 
destruction of extrahepatic 
* & intrahepatic bile ducts of all sizes 


* Secondary biliary cirrhosis is due to obstruction of extrahepatic biliary trac 
by stone , 
tumour ,LN etc 


Pathology Departmer 


Suggested Textbooks 9) | 


Neil D. Theise. Liver and gall bladder. In Robbins and Cotran 
pathologic basis of disease, 104 edition. Kumar, Abbas & 


Aster (eds). Elsevier Saunders. Pages 637-676 


